Patient 3
A 64-year-old woman with diabetes developed generalized malaise in July 1985. Over the next 3 months, she became demented and increasingly ataxic, and within 6 months was incontinent, confined to bed, and unable to recognize family and friends. The patient's family history was notable for rapidly progressive dementia in her paternal grandfather, father, two paternal uncles, and three cousins. All were farmers and ate a homemade sausage conraining hog brain.
Neurological examination after 2 5 weeks showed lethargy and severe dysarthria. Single-step commands were followed inconsistently. The patient stood on a broad base with assistance but could not walk. Upward gaze was restricted. Spontaneous movements were markedly diminished. There was cogwheel rigidity and dysmetria, but no myoclonic jerks. Muscle stretch reflexes were symmetric but absent at the ankles. Both plantar responses were flexor. Pinprick elicited a purposeful withdrawal.
The patient died of pneumonia 41 weeks after the initial presentation.
Putient 4
The 39-year-old sister of Patient 3, who was also diabetic, was well until August 1988. She complained of blurred vision and became forgetful. Within 2 weeks she was ataxic and dysarthric; by 6 weeks she was confined to bed, incontinent, and unable to feed herself.
Neurological examination after 9 weeks showed somnolence and ataxic dysarthria. The patient recognized her husband and some simple objects. She was unable to stand. She pursued objects in a horizontal direction only. Vertical range was full with oculocephalic maneuvers. H e r limbs were rigid, and spontaneous movements were diminished and dgsmetric. There were no myoclonic jerks, even when she was startled. Muscle stretch reflexes were normal in the arms, but absent in the legs. The right plantar response was extensor. The patient withdrew purposefully to painful stimuli. She died of pneumonia 12 weeks after the initial presentation.
EEG Methodology
Nine EEGs were performed on the 4 patients. Recordings included bipolar and referential montages with electrodes applied according to the international 10-20 system. Although the records were obtained at different stages of the illness, at least one EEG was performed later than 12 weeks after onset in 3 patients (Patients 1, 2, 3), and 2 patients (patients 1, 4 ) had studies within 2 weeks of death. Recordings included wakefulness in all cases, as well as sleep in Patient 3. Hyperventilation, photic stimulation, and attempts at arousal (including sudden loud auditory stimuli) were performed during each study. Mild background slowing consisted of predominant alpha activity posteriorly with excessive intermixed theta activity. Moderate slowing consisted of a background in the theta range with intermixed delta activity. Round vacuoles, 5 to 10 pm in diameter, were most abundant in the cerebellar and parahippocampal cortex. These vacuoles even extended through the subiculum into the hippocampus, where they were present in almost all of the neuropil as well as between the nerve cell bodies in the pyramidal cell layer. Basal ganglia, inferior colliculi, and parts of the temporal cortex and substantia nigra were also involved.
In the other 2 patients, the spongiform changes were greatest in the cerebral cortex. The principal findings in Patient 2 were fine vacuoles 5 to 15 km in diameter in the neocortex. There was no obvious Clinical and experimental knowledge of other slow, transmissible encephalopathies provides additional evidence for genetic influence on the EEG pattern. Kuru, a spongiform encephalopathy with marked cerebellar signs, no myoclonus, and a late dementia, is not associated with PSWCs even in recordings just before death ~1 2 ) .
That Kuru-infected brains, when inoculated into rhesus monkeys, produced myoclonus and generalized spike-wave complexes in recordings from dural electrodes suggests that the EEG pattern is host dependent [ 131. In Gerstmann-Straussler-Scheinker disease (GSSD), characterized by familial ataxia and dementia of long duration, myoclonus seldom occurs and EEGs are normal or mildly abnormal without PSWCs. Pathological features in GSSD are quite distinct from those of CJD; however, even in a GSSD kindred with predominant involvement of telencephalic and diencephalic structures and sparing of the cerebellum, PSWCs were not seen {14, 151. The absence of PSWCs in familial CJD suggests a genetic influence on the expression of the EEG pattern that may not be explained by disease topography alone.
